Abstract
Introduction

It is well known that retroperitoneal fibrosis (RPF) is a rare disease with a low incidence rate (1/1,000,000 people). Since 1948, classical idiopathic RPF has been thought to be a urological disease that is characterized by fibrous tissue and inflammatory cells invasion to the ureter, abdominal aorta and vena cava and urinary tract obstruction (1, 2). Although surgical ureterolysis and oral administration of steroids is used in these patients, the treatment strategy for venous stenosis and the effective dose of steroids have not yet been clearly shown. Here, we describe a patient diagnosed as RPF in whom the stent implantation to external iliac vein stenosis and oral administration of steroid were effective.
Case Report
A 59-year-old man was admitted with severe leg edema and pain in his right leg in July 2008 (Fig. 2B and 2C) .
We clinically diagnosed this patient as retroperitoneal fi- (Fig. 3C, 3D) . His right leg edema and pain disappeared 2 days after the stent implantation. (Fig. 4) (3, 6) . Contrast-enhanced CT is a useful tool to evaluate the presence of hydronephrosis and lymphadenopathy, and invasion of proliferated retroperitoneal tissue to abdominal aorta and inferior vena cava. RPF has a similar density to as psoas muscle on CT (7, 8) . MRI is commonly used in the differential diagnosis of this disease and malignancy (9) . In the laboratory examination, renal dysfunction and anemia may be shown if the patient has urinary tract obstruction (7) . Furthermore, it has been reported that about 60% of cases with RPF have higher levels of C-reactive protein and anti-nuclear antibody (3 (17) . It might be thought that careful follow-up and more experiences is necessary to prevent the recurrent RPF.
F i g u r e 2 . Ma g n e t i c r e s o n a n c e i ma g i n g ( MRI ) r e v e a l e d h i g h i n t e n s i t y s i g n a l s ( a r r o w) a t t h e r i g h t e x t e r n a l i l i a c v e i n d u e t o d i s a p p e a r a n c e o f f l o w v o i d o n T 2 -we i g h t e d i ma g i n g ( A) a n d h i g h i n t e n s i t y s i g n a l s a t t h e c i r c u mf e r e n t i a l t i s s u e o f b i l a t e r a l e x t e r n a l i l i a c a r t e r y o n T 1 -we i g h t e d i ma g i n g ( a rr o w) ( B ) . Ga d o l i n i u m e n h a n c e d MRI s h o we d h i g h i n t e n s i t y s i g n a l s ( a r r o w) a t t h e c i r c u mf e r e n t i a l t i s s u e o f b i l a t e r a l e x t e r n a l i l i a c a r t e r i e s ( C) .
He was treated with oral administration of predonisolone with a dose of 30 mg for 4 weeks. Four weeks after the treatment with steroid, the patient underwent contrastenhanced CT and venous ultrasonography to evaluate the efficacy of steroid therapy. CT showed the regression of retroperitoneal fibrosis in responding well to steroid therapy
Discussion
According to the previous reports on pathological examinations of the RPF, this disease has been characterized by deteriorated retroperitoneal structure, which has chronic inflammation and fibroblast proliferation with excessive extracellular matrix, involves ureters, abdominal aorta, vena cava, and pancreas (most commonly ureters) (1, 2). It has been reported that about 90% of cases with RPF had lower back pain and/or abdominal pain as a chief complaint due to unilateral or bilateral urinary tract obstruction (4). As an uncommon case, invasion and compression to the iliac artery and/or vein by proliferated retroperitoneal tissue might cause intermittent claudication, leg edema and/or thrombosis (4). Koep and Zuidema reported that only 2.4% of their experienced 491 cases with RPF had complications with iliac artery and/or vein stenosis (5). In the present case, we experienced a rare case of RPF who had complications with right leg edema and severe pain due to right external iliac vein stenosis without iliac artery stenosis and urinary tract ob-
F i g u r e 3 . On v e n o g r a p h y , t h e r e wa s a s e v e r e s t e n o s i s o f a b o u t 8 c m i n l e n g t h ( a r r o w) a n d f i l i n g d e l a y o f c o n t r a s t me d i a i n t h e mi d -p o r t i o n o f t h e r i g h t e x t e r n a l i l i a c v e i n ( A, B ) . Af t e r t h e s t e n t i mp l a n t a t i o n , s t e n o s i s o f t h e r i g h t e x t e r n a l i l i a c v e i n wa s ma r k e d l y i mp r o v e d ( C, D) .
F i g u r e 4 . CT s h o we d t h e r e g r e s s i o n o f r e t r o p e r i t o n e a l f i b r o s i s ( a r r o w) i n r e s p o n s e t o t h e s t e r o i d t h e r a p y ( A: o n a d mi s s i o n , B : 4 we e k s a f t e r t h e s t e r o i d t h e r a p y a n d s t e n t i mp l a n t a t i o n t o r i g h t e x t e r n a l i l i a c v e i n )
struction. RPF was commonly diagnosed by ultrasonography, CT, MRI and intravenous urography. A retroperitoneal biopsy might be useful to confirm the diagnosis of RPF, however, Vaglio et al and Baker et al previously suggested that biopsy was not necessary if CT or MRI revealed typical findings of RPF
